Introduction {#S1}
============

Mucoepidermoid carcinoma is the most common malignant salivary gland tumour [@R02]^-^[@R04]. It has been reported in all ages with peak incidence at the 4^th^ and 5^th^ decades, with females affected more than males in a 3:1 ratio. It is the most frequent malignant salivary gland neoplasm in children [@R05]. In the major salivary glands, 89.6% of cases present in the parotid [@R06]. Mucoepidermoid carcinoma demonstrates a broad spectrum of aggressiveness, which can be predicted by microscopic grading.

High-grade tumours are highly aggressive and regional lymph node spread is common. The low-grade variant usually demonstrates a favourable outcome, but it is important to note that metastasis may also be present [@R07]. Distant metastasis is rare, but case reports of metastases to the lungs, brain, ovary and peritoneum have been reported [@R08]. Histologically, the tumour is composed of mucous, basaloid, intermediate and epidermoid cells. We present an unusual case of mucoepidermoid carcinoma arising in the tonsil.

Case report {#S2}
===========

A 48-year-old male presented with an asymptomatic lump in the neck at level II. The lump was progressively increasing in size over 4 weeks. Intra-oral examination and flexible nasoendoscopy was normal. A fine-needle aspiration cytology specimen showed malignant cells with no obvious architecture to determine the tissue of origin. Ultrasound detected the presence of a suspected necrotic node. A CT scan of the neck and chest confirmed a right-sided pathologic node at level II. No other abnormalities were evident. Examination under anaesthesia (EUA) was performed, which was suggestive of a bulky mass within the ipsilateral tonsil, and tonsillectomy was performed. Biopsy confirmed a high-grade mucoepidermoid carcinoma arising from entirely within the substance of the ipsilateral tonsil, and not from the adjacent pharyngeal wall. Management involved complete tonsillectomy with ipsilateral neck dissection level II-IV. Histology of the resected specimen confirmed metastatic carcinoma from the tonsil. He underwent postoperative radiotherapy.
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Discussion {#S3}
==========

Mucoepidermoid carcinoma is the most common malignant salivary gland neoplasm [@R02]. Its occurrence in the maxilla, mandible, breast and thymus have been reported [@R09] [@R10]. To date, only one other case of primary mucoepidermoid carcinoma of the tonsil has been documented [@R01]. These tumours arise from reserve cells in the salivary duct system and therefore differentiate into mucin-producing cells, or duct-like epidermoid cells. Interestingly, both cell types are altered neoplastic cells. Mucoepidermoid carcinoma is a malignancy in which histological grading and clinical behaviour correlate well and have a predictive outcome [@R02]. Treatment is therefore based on histological grading of the tumour according primarily to the relative mix of cell types. Other factors that contribute are growth pattern and cellular atypia. The incidence of occult regional metastasis varies from 6 to 46%. Metastasis has been found even in cases with very small tumours.

Management of the tumour depends on its primary site. Low-grade tumours arising in the parotid with no metastasis are treated with superficial parotidectomy, while high-grade tumours are treated by total parotidectomy with or without neck dissection depending on the neck staging. Tumours arising at other sites such as the palate are treated with a minimum of 1 cm excision margin or hemimaxillectomy for high-grade palatal tumours. In the presence of nodal metastasis, radiotherapy in addition to surgery is recommended for both the primary site and the neck. The 5-year survival rate has been reported to be as high as 95% in low-grade tumours, and 50% in intermediate/high-grade tumours. Survival falls dramatically with an age over 55 years [@R11].

Tamiolakis et al. concluded that in cases of unknown primaries, diagnostic procedures should be aimed at clarifying the histology of the nodal metastases and detecting the primary tumour site [@R12]. In the management of occult primary tumours, bilateral tonsillectomy has been suggested as the minimum investigative procedure at the time of EUA [@R13]. Our case highlights the need for tonsillar biopsy even in those patients with normal EUA findings.

Conclusions {#S4}
===========

Although mucoepidermoid carcinoma is the most common malignant salivary gland tumour, it is a very rare occurrence within the substance of the palatine tonsil. In cases of an unknown primary, diagnostic procedures should be aimed at clarifying the histology of the nodal metastases and detecting the primary tumour site. Our case highlights the need to biopsy the tonsil in all cases of unknown primary, even in the presence of normal findings on EUA.
